view, cases seem to fall into one of two categories. There are those which respond well to simple measures such as manipulation and splintage, or even surgical procedures, and do not recur; and those which are difficult to reduce and which tend to recur and to require repeated operative and manipulative procedures. Our case falls into the latter category.
The histochemical changes in the peroneus muscle in this child resemble those seen in central core disease of muscle (Dubowitz & Pearse 1960b) . Central core disease is one of the nonprogressive congenital myopathies (Shy & Magee 1956 ) and usually presents with a symmetrical proximal limb weakness. However, we have observed central cores in the muscle of an adult patient who had a congenital atrophy of one arm (Dubowitz & Platts 1965) . It thus seems possible that a similar disease process in muscle may produce a generalized or a focal disorder. In this child the rectus femoris was normal, so the pathological change is presumably restricted to certain muscles only.
Could the atrophy or the histochemical changes have resulted from prolonged immobilization? This seems unlikely. One would have anticipated some improvement in muscle bulk in the recent three years he was mobile. These histochemical changes are not observed in children immobilized under other circumstances.
It seems likely that at least some cases of congenital clubfoot will prove to be due to one of the nonprogressive congenital myopathies, such as central core disease, nemaline myopathy and myotubular myopathy.
Cases which are refractory to treatment, have a tendency to recurrence, or are associated with wasting or weakness, should therefore be fully investigated. These abnormalities in the muscle are readily missed on routine histological staining, and specialized techniques such as histochemistry or electron microscopy are essential. The detection of a disorder in the muscle may be important in these cases, both in predicting prognosis and also in deciding an approach to therapy.
Metaphyseal Dysostosis Type Schmid S B Dimson MD MRCP (East Ham Memorial Hospital, London)
S S, girl, aged 2 Parents Gambian, normal-looking and unrelated. Birth weight 2-3 kg, normal pregnancy, delivery and development. Diet satisfactory, no malabsorption. Walked at 14 months with support.
On examination: At 16 months, weight 109 kg, height 76 cm, head circumference 49 5 cm. A cheerful girl with a waddling gait and feet splayed out due to external rotation of the legs. Dextroconcave scoliosis, exaggerated lumbar lordosis, limited abduction and internal rotation of hips. Slight bowing of shortened thighs. Wrists thickened. No'rosary'.
Investigations: X-ray showed bilateral coxa vara with gross disorganization of the proximal femoral and humeral metaphyses (see Fig 1) . Metaphyses of knees, lower ends of tibia and radii involved to a lesser extent with mild changes at the lower ends of ulna and at the elbows. Middorsal scoliosis with possible deformity of the vertebral bodies on the concave side of the curve. Skull, ribs, all diaphyses and epiphyses normal.
Bone age 31 years.
The bone changes varied from mild sharp serrations of the metaphyses with increased density of the provisional zone of calcification to gross irregularity with flaring and fragmentation with widening of the growth plate.
Normal findings included blood count, Hb electrophoresis, urine analysis, urinary chromatogram, blood urea, serum electrolytes, calcium, inorganic phosphate and alkaline phosphatase.
Immobilization for two months failed to improve the condition.
Discussion
Metaphyseal dysostosis is a disorder of calcification of metaphyseal cartilage which, according to Rubin (1963) , arises because of failure to form hypertrophic cartilage at-the 'physis'. This suggests that metaphyseal dysostosis is really a chondrodystrophy and may be due to an enzymal defect.
Of the three types of the disease hitherto described, the most severe (Jansen's) is extremelyrare, McKusick's (1964) cartilage-hair hypoplasia is mostlylimited to theAmish sect, but the third,that of Schmid, is both mild and relatively common.
Most of the cases of type Schmid have arisen from the study of index families (e.g. Miller & Paul 1964 , Rosenbloom & Smith 1965 , which has shown that inheritance is usually through an autosomal dominant gene. In this country Dent (1960) on the grounds that the metaphyseal changes were mild except for severe coxa vara and spinal defects, the present case is somewhat similar and suggests that variations in the extent and severity of metaphyseal lesions are to be expected in this disease. A possibly unique feature presented by our case is the apparent escape of the costochondral junctions. This disease has often been mistaken for vitamin-D-resistant rickets but the X-rays in metaphyseal dysostosis show sharply serrated margins often with fragmentation. The increased density of the zone of provisional calcification can, however, lead to confusion with healing rickets but the normal blood chemistry should dispel doubt. Correct diagnosis is important in order to avoid giving massive toxic doses of vitamin D to these children unnecessarily. 22.8.67 Mother, aged 38, had had two previous normal pregnancies. In 1964 she was found to have Addison's disease, but there was no evidence of tuberculosis as the mtiological agent. She was stabilized on replacement therapy of cortisone acetate 50 mg and 9a-fluorocortisole 0-1 mg daily.
The baby was born normally at forty-two weeks' gestation. Birth weight (3X8 kg) was well above the mean for gestation and he had the appearance of the infant of a poorly controlled diabetic mother, the face being plethoric and moonlike. He was transferred to the neonatal unit and fed on full-strength evaporated milk 30 ml three-hourly, the first feed at four hours of age. Several blood glucose levels over the first twelve hours were below 20 mg/100 ml. When he became irritable and jumpy, he was given 3-8 g glucose intravenously as treatment for the hypoglycaemia and the glucose levels were followed as for a glucose tolerance test. This showed a rapid rate of glucose disappearance (k= 1-98) and very high plasma insulin levels.
The infant remained irritable. Feeds were continued hourly, but four hours after the glucose load, aged 20 hours, the blood glucose was again below 20 mg/100 ml with a raised insulin level of 18 microunits/ml.
It was uncertain at this stage why the infant was irritable and why the hypoglycxmia had recurred. An infusion of 20% hexose was started together with hydrocortisone 20 mg b.d., the latter being given as a means of promoting gluconeogenesis and also as it seemed possible that steroid withdrawal was connected with the clinical or chemical picture. Aged 27 hours, with a normal blood sugar, he had a generalized convulsion, and diazepam 0-5 mg intramuscularly b.d. was started.
Throughout the second and third days there was a gradual improvement; the irritability settled and no further fits occurred. Normogly-cEemia was maintained and parenteral fluids stopped.
On the fifth day, the dose of hydrocortisone was reduced to 10 mg daily. He seemed very well, but developed a pyrexia of 101°F (38 50C). Cultures were taken from nose, throat, urine, stool, lumbar CSF, blood; no pathogens were isolated. Cultures for viruses, including cyto-
